Primary ependymoma of the mediastinum: a clinicopathologic study of three cases.
Primary mediastinal ependymomas are unusual tumors, with only two case reports previously reported in the literature. In this study, we review our experience with three cases of primary mediastinal ependymomas, including the clinical, histopathologic, immunohistochemical, and ultrastructural features. The three patients in this study were white women with a mean age of 50 years (age range, 36 to 71 years). Presenting symptoms were nonspecific; radiographically, all lesions were circumscribed posterior mediastinal masses without evidence of bone involvement. There was no evidence of central nervous system, sacral, or pelvic ependymoma. All tumors were completely resected, ranged in size from 5 to 7 cm (mean, 6 cm), and exhibited glistening pseudocapsules. Two tumors had a solid, tan-gray cut surface and one lesion was cystic with a mural tumor nodule. All neoplasms showed histologic features of conventional cellular ependymomas with perivascular pseudorosettes and occasional true ependymal rosettes. Germ cell components were not present in any case and immunohistochemical analysis showed glial fibrillary acidic protein, S-100, and patchy cytokeratin immunoreactivity in all three cases as well as absence of reactivity for HMB 45, chromogranin, and synaptophysin. Ultrastructural features included multipart "zipper-like" junctions, intracytoplasmic lumina containing microvilli, occasional cytoplasmic basal bodies, and apical cilia. A microscopic metastasis was present in a regional lymph node in one case at the time of resection; however, there is no evidence of recurrence or distant metastasis in any of the cases during the postoperative period (mean length of follow-up, 64 months). Ependymomas rarely occur in the mediastinum and have a predilection for the posterior mediastinum. The paravertebral location, microscopic identification of adjacent sympathetic ganglia, and lack of teratomatous or other germ cell components suggest that mediastinal ependymomas are likely derived from paravertebral ependymal rests. Primary mediastinal ependymomas are characterized by a prolonged and indolent clinical course. Metastasis to regional lymph nodes may occur, but distant metastases are unusual in our experience. Complete surgical excision seems to offer the best chance for long-term survival.